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AxTyanabHocTh. Cunnpom XXubdepa — cemeii-
Hasl KeJITyXa, 00yCIIOBJIEHHAs! HEKOHBIOTHPOBAHHO,
HETeMOJINTUYECKON THIEepOMInpyOnHEMIEH Beiena-
CTBHE HEIOCTAaTOYHOCTH (pepMeHTa ypuauHIU(OC-
¢arrmrokyponmirpanchepassl (YADI'T) neuenn.

Bbonesnp JKunbbepa HazBaHa B 4eCTh MapHK-
cKoro TteparieBra ABryctuHa JKuibOepa BriepBble
ommrcasiero B 1901 rogy 3aborneBanue, KOTOpoe OH
HaOJTIoRa y TPYIIIBI MOJIOJIBIX JIFOZIEH ¢ IepeMeska-
fomierics xentyxoi. Cunapom JXKumpbepa pacmpo-
CTpaHeH cpeau eBporneiieB(2-5 %), azuaros (3 %)
u adpukaniues (36%). B CIIA 3-7%. B wmupe
YacToTa BO3HMKHOBEHHMSI cHHApoMa JKuindepa co-
crasisier 0,510 %. Cunnapom JKmisOepa oTHOCHTCS
K 3200JIEBaHUSAM C Ay TOCOMHO-ZIOMUHAHTHBIM THITOM
HacIieoBaHMs. [ eHeTHIecKuii cyOcTpar 60JIe3HH Co-
CTOUT B HAJIMYMU IOMOJHUTCIBHOTO JUHYKIICOTHAA
Ha nipomotopHoM yuactke TATAA rena UGT1AL,
PacoIoKeHHOTO Ha 2-if XpOMOCOME.

B GonpImHCTBE CiTyyaeB KIMHIUYECKAs: CHMITTO-
Matrka cuaapoMa JKuib0epa pa3BUBaeTCsl y MarieH-
TOB B Bo3pacte 12-30 net u garre pa3BuBaeTcs y MyxX-
YuH, 4eM y eHimH — (2-7):1. Cunnpom Kusboepa
JIMarHOCTHUPYETCS MOCIIe TyOepTaTHOro BO3pacTa, 4To
00YCIIOBJICHO MHTHOMPYIOIIMM BIIMSHAEM IIOJIOBBIX
TOPMOHOB Ha IPOLIECC KOHBIOTALNN OMIMpyOHHa.

Cunanpom KumsOepa TpOSBISETCS AMHA300AMHI
KENTYXH, KOTOPbIE BO3HUKAIOT CHOHTAHHO M CaMo-
CTOSITENILHO pa3peliatoTcsi. DTH AMN30/1bI MOTYT IPO-
BOLIMPOBATHCS JAUTHIPAIMCH, TIPHEMOM aJKOTOJIs,
TOJIOAaHUEM MEHCTpyauusiMu (y SKSHIIMH), CTpec-
COBBIMH CHUTYalMsIMH, MTOBBIIICHHBIMH (PU3HUECKHU-
MH Harpy3KamMH, HHTEPKYPPEHTHBIMH HH(EKIHAMH.
YpoBeHs OMITHPYOHHA B CHIBOPOTKE KPOBHU IIPH 3TOM
MOKeT Bo3pactath a0 6 mr/ma (102,6 MKMOIB/).
OnHako y MHOTHX MalieHTOB 3TOT MOKa3aTelb He
npesbimaeT 3 mr/mr (51,3 mxmons/in). Conepxanue
npsiMoro Ommpyouna cocrasimsier meHee 20%. B
30% ciyuae ypoBeHb OMIMpyOMHA OCTAETCs B Ipe-
Jie7aX HOPMaJIbHbIX 3HAYCHHH.

Juarnocruka cunapoma JKuiabpbepa ocHoBaHa
Ha JIaHHBIX CEMEHHOro aHaMHe3a, KIMHUYECKUX
MIPOSIBIICHUSIX, pe3yibTarax J1abopaTopHBIX METO-
JIOB MCCTIETOBaHUH (00U, OMOXMMHYECKHI aHa-
JM3bI KPOBH, IPOBOKAIIMOHHBIE TECTHI).

Ieab uccienoBanus. PeTpocrieKTUBHBIN aHa-
JIM3 MEAUIUHCKUX KapT CTAallMOHAPHBIX 6OHbHLIX C
cuHapomoM JKuibpoepa, B paBHEHUH C €BPOIICHCKHU-
MU JJaHHBIMH U JTaHHBIMU 110 Poccnn.

Marepuanasl 1 MeToaAbl. Hamu ObI1 IpoBeicH
perpocriekTUBHBIN aHanm3 20 uctopuii Oonme3HeH

OosbHBIX ¢ cuHIpoMoM JKuiibOepa, MpoXOoJUBIIHX
obcieoBanue U jeueHue B kinauke bI'MY, ¢ 2000
no 2009 rr. Pacnpenenenue no noiny — 16 My»4uH,
4 >xeHUIMH, 110 Bo3pacTy — 21-40 ner.

Pe3yabTaThl padoThl. B OonpmmHCTBE CiTyda-
€B KJIMHWYECKash CUMOTOMaTuKa cuHiapoma JKuiib-
Oepa pa3BHBaNach y IAIMIHTOB B BO3pAcTe CTap-
me 12-30 yer, 0e3 MPeAIecTBYIONMIEr0 OCTPOro
BupycHoro renaruta(85%). Bo3moxHo, 310 Tak
Ha3bIBAEMBIH «BPOXK/IEHHBIH» BapHaHT CHHAPO-
ma JKmipbepa, COracHO JINTEPAaTypHBIM JTaHHBIM.
YV HexoTopsix 00mbHBIX (15 %) KIuHHYECKne mpo-
sIBJIeHUsI cuHpoMa JKuiibOepa MposBUIIMCH TOCIe
MEpEeHECEHHOr0 BUPYCHOTro Temarurta. Hacnen-
CTBEHHOCTD 110 pe3yJIbTaTaM onpoca Obljia BbIsIBIIC-
Ha'y 20 % OONbHBIX (pOAMUTEINH).

OCHOBHBIMH kano0amMH OONBHBIX TpU TIO-
CTYIIJIEHUH OBUTH: TSDKECTh B MPAaBOM Iozpedephe
(70%), mucnentuyeckue seneHus (80 %), acreHo-
BereTaTuBHbIE paccrpoiicTsa (90 %), cydodubdpuu-
tet (60 %). I1pu obmem ocMoTpe, y Bcex OONBHBIX
HaOJIo1aIach JKeNITyXa pa3IndHON HHTEHCHBHOCTH
OT JIETKOH mKTepuuHOocTH ckiep (60%) mo BbIpa-
KEeHHOM xenTyxu (40 %).

YpoBeHb OninpyOrHa B CHIBOPOTKE KPOBHU IIPU
9TOM cocTanisii 25-80 MkMonb/i1. [pyrue Ouoxu-
MHYECKHE ITapaMeTphl: oOmmii Oerok, OenKkoBbIe
¢dpaxuu, amuaoTpachepassr (ACT, AJIT), xome-
CTEpHH, MOKa3aTeslb TUMOIOBON MPOOBI, OTpaka-
onre GyHKIUIO TeYeHH, He ObLUTH M3MEHEHBI.

[Ipyn yabTPa3BYKOBOM HCCJIEJOBAaHUU Iede-
U B 40% ciyyaeB 00Hapy’>KMBaJIOCh YBEIHMUYCHUE
nedeHn. OHa Obula HOPMAJIBHOW KOHCHCTEHIIMH,
rIankas, oezdonesnenHas. Cene3eHKa HOPMaIbHOM
KOHCHUCTEHIIUM M Pa3MepoB, B HEKOTOPBIX CIy4a-
ax — yBenudena (10 %).

Jlpyrue MeTosibl HCCeIOBaHMsl, KaK TeHeTHYe-
CKOE TECTHPOBAaHHWE, YIBTPa3ByKOBas XOJIEIHCTO-
rpadus, OyoieHaIbHOE 30HAWPOBAaHUE, OHOMCHS
nedeHn He mnpoBofwinchk. Ilocie mpoBeneHHOTO
CTALMOHAPHOTO JICUCHUS BCE TALMEHTHI OTMEUann
YIy4LICHHE COCTOSHUSL.

BoeiBoabl. Takum o0Opa3oM, Hamu OBUIO BBI-
SIBJICHO, YTO MAIMEHTHI C JAaHHBIM 3a00JIeBaHHEM
BCTpEYaroTCsi peaKo (B HameM ciydae, 3a 10 et
nponwio Bcero 20 manmeHTOB). Bo3MOXHO, OHH
«HMIYT» TOJ MAaCKOW JPYTHX 3a00IeBaHUI remaro-
OunmmapHBIi cUCTeMBl, yUuThIBas, 4yTo y 30 % 6omb-
HBIX ¢ cHHIpOMOM JKniibOepa OTCYTCTBYIOT XKaJlo-
Obl, 110 JIUTEpaTypHBIM JAaHHBIM. lIMEHHO 103TOMY,
HEeoOXomMo oOpamath BHUMaHNE Ha TIIATEIbHBIN
cbop aHamHe3a, (pU3UKAIbHBIC JaHHBIE W JTabopa-
TOPHYIO JUAarHOCTHUKY.

PaGora mpencraBneHa Ha ONEKTPOHHYIO 3a04-
Hyto kKoH(pepeHo «Crynenueckuid Gopym-2011 ry.
Ioctynuna B pepakuro 15.02.2011.

B VCIIEXU COBPEMEHHOI'O ECTECTBO3HAHUWA Nell,2011 W



